A 15-year-old boy presented to the Pediatric Otolaryngology Clinic with diplopia and a mass at the medial aspect of the left orbit. Th e mass had doubled in size over the previous 6 months. He had been previously diagnosed with chronic sinusitis and seasonal allergies. Examination revealed a swelling and a soft -tissue mass in the left supraorbital and ethmoid area. Th e patient had a full range of eye motion and intact visual acuity.
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Flexible fi beroptic nasopharyngoscopy demonstrated a polypoid mass protruding into the left nasal cavity and pedicled medial to the middle turbinate at the left ethmoid region. Th ere was no purulent drainage from the ostiomeatal complex, and the mucosa was otherwise normal. Computed tomography (CT) demonstrated a left frontoethmoid mass with evidence of bone erosion at the skull base and lamina papyracea (fi gure 1, A). Magnetic resonance imaging (MRI) revealed extension of the mass into the extradural anterior cranial fossa (fi gure 1, B).
Th e patient was taken to the operating room for endoscopic biopsy and debulking of the left nasal cavity mass, left maxillary antrostomy, and left total ethmoidectomy. Intraoperatively, a large, left nasal mass consisting of glistening gray tissue was noted. Review of the histology (fi gure 2, A) suggested a low-grade malignancy, and the diagnosis of a low-grade chondromyxoid neoplasm was made, with a diff erential diagnosis of chondromyxoid fi broma, chondrosarcoma, and chondroblastic osteosarcoma.
Th e patient underwent resection of the tumor via bifrontal craniotomy and epidural exploration. Nasal endoscopy at the completion of the craniotomy showed no evidence of tumor in the left ethmoid or skull base region. Th e tumor consisted of pink-white cartilaginous tissue admixed with fragments of red-tan bone. Based on histologic examination (fi gure 2, B), the patient was diagnosed with a grade 3 chondroblastic osteosarcoma. He was referred for chemotherapy and will be closely followed with serial MRIs.
Osteosarcoma is the most common primary malignant tumor of bone, occurring most frequently in the long bones of patients under the age of 20 years. 1 Craniofacial sites account for fewer than 10% of all osteosarcomas, and the most common site in the head and neck is the mandible. 2,3 Th e mean age at presentation for head and neck osteosarcoma is between 26 and 40 years. 4 In children, osteosarcomas of the head and neck account for less than 1% of all head and neck malignancies and usually arise as secondary tumors aft er radiation therapy or chemotherapy. 2 Other predisposing factors include retinoblastoma and Li-Fraumeni syndrome. 4 Primary osteosarcoma of the craniofacial bones in children is even less common and typically presents as an expanding, painless swelling of 6 months' duration. 2 Pathologically, these tumors range from 1 to 10 cm in size and demonstrate destruction of bone and surrounding tissues. 2 A review of 22 cases of pediatric primary head and neck osteosarcoma showed a mean age at presentation of 12.2 years, with no gender predilection. 2 Of these 22 cases, 2 involved osteosarcoma of the sphenoid sinus, while the rest were maxillomandibular in origin.
Histologically, osteosarcoma is characterized by the production of osteoid by the tumor cells. Chondroblastic osteosarcoma is a histologic subclassifi cation of osteosarcoma in which the tumor cells predominantly produce a chondroid rather than osteoid matrix. 1, 5 Th e presence of this subtype makes our case even more unusual.
Osteosarcoma of the craniofacial bones can have extensive local involvement but rarely metastasizes. Primary management is with surgical excision with negative margins, although this may be diffi cult in extragnathic sites. Th e 5-and 10-year survival rates for pediatric primary osteosarcoma of the head and neck have been reported as 63 and 52%. 2 Although the role of adjuvant therapy has not yet been proven eff ective in osteosarcoma of the head and neck in children, it is frequently recommended because of the tumor's poor prognosis. 6 Local recurrences are common and typically occur within 1 year of the original diagnosis. Th ey can be treated with additional surgery and adjuvant therapy. 2 Figure 2 . A: Photomicrograph from the initial biopsy shows haphazardly arranged neoplastic cells with hyperchromatic nuclei in a myxoid background (H&E, original magnifi cation ×200). B: Photomicrograph of the resected tumor mass shows malignant neoplastic cells with large, irregular, and hyperchromatic nuclei. Malignant osteoid and cartilage formation is present in adjacent areas (H&E, original magnifi cation ×400).
